Neurofibromatosis type 1 (NF1) is an autosomal dominant hereditary disorder. The pathogenesis of NF1 is suggested to be an alteration of the NF-1 gene, which normally functions as a tumor suppressor. A mutation of NF-1 causes the development of viable tumors in various sites. On the other hand, the synchronous manifestation of a gastrointestinal stromal tumor (GIST) and neuroendocrine tumor (NET) in the background of NF1 is extremely rare. This paper reports three cases treated with surgical intervention along with the long-term follow-up results. Three patients showed synchronous ampullary NET and GIST in association with NF1 supported by postoperative histopathologic analysis. Surgical treatments, such as pancreatoduodenectomy and local excision were applied. No recurrence occurred during the postoperative follow-up period of 10, 9, and 2.7 years. Synchronous GIST and NET in the background of NF1 is extremely rare, but the possible coexistence of other tumors in NF1 patients is relatively higher than that in the general population. Furthermore, both NETs and GISTs occurring in NF1 patients tend to be smaller in size compared to that in the general population. Therefore, when NF1 patients present with vague abdominal discomfort, close attention must be paid to identifying the coexistence of other neoplasms. (Korean J Gastroenterol 2019;74:227-231) CC This is an open access article distributed under the terms of the Creative Commons Attribution Non-Commercial License (http://creativecommons.org/licenses/ by-nc/4.0) which permits unrestricted non-commercial use, distribution, and reproduction in any medium, provided the original work is properly cited.
INTRODUCTION

Neurofibromatosis type 1 (NF1), also known as Von
Recklinghausen's disease, is an autosomal dominant hereditary disorder, with an estimated incidence of 1 out of 3,000 births. 1 The presentation of NF1 is characterized by cuta- Fig. 6A ).
CASE REPORT
In addition, another 1.7 cm-sized mass was found between the pancreatic head and posterior to the duodenal 2nd portion (Fig. 6B) . EGD showed a prominent papilla of Vater with ulceration (Fig. 6C) showed GI bleeding. 8 In these cases, two patients presented with symptoms of postprandial epigastric pain and weight loss; the other patient was asymptomatic. Regarding the tumor location, 60% were in the duodenum and 31% were in the ampulla of Vater. 9 An analysis of the type of synchronous periampullary tumors associated with NF1 revealed 40%, 34%, 8%, and 6% to be somatostatinoma, GIST, adenocarcinoma, and carcinoid, respectively. 8 NETs have been reported only in 1-6% of NF1 patients, with the most common site being the periampullary region. 8, 9 Furthermore, ampullary NET in NF1 is rare. Ampullary NETs are detected at a younger age and are smaller due to the earlier presentation of symptoms than in extra-ampullary NETs. 10 The symptoms are jaundice (60%) and non-specific abdominal pain (40%). 10 Approximately 50% of periampullary NETs have lymph node metastasis. 11 The ampulla of Vater is rich in lympho-vascular structures, where even small tumors can spread, which leads to lymph node metastases. 12 More than half of the ampullary NET below 2 cm was found to be accompanied by lymph node metastases; metastases were identified in tumors, in which 66%, 50%, and 46% were <1 cm, 1-2 cm, and >2 cm in size, respectively. 13 
